A 50-year-old Portuguese man presented with a 4-yearhistory of slurred speech, behavioral changes and tetraparesis with sphincter disturbances. Medical history was positive for chronic lumbar pain with spondylosis and two strokelike episodes. Family history disclosed consanguineous parents. Examination showed alopecia, spastic tetraparesis, dysarthria and emotional instability. Neuroimaging revealed diffuse leukoencephalopathy ( Figure) , compatible with cerebral autosomal recessive arteriopathy with subcortical infarcts and leukoencephalopathy (CARASIL). CARASIL is a hereditary small vessel disease caused by mutations in HTRA1 gene (10q26.13) and characterized by recurrent strokes, progressive dementia and key systemic features such as lumbago, alopecia, arthropathy, spondylosis and disc herniation 
Typical clinical and neuroimaging features of CARASIL. Axial brain MRI disclosing marked diffuse leukoencephalopathy on T2-weighted (A,B) and FLAIR images (C,D) affecting mainly the periventricular and deep white matter. Only mild hyperintensity is seen in right temporal lobe (white arrow) and absence of marked signal changes are depicted in the external capsules (white arrow-head), differentiating it from the classic neuroimaging pattern described in CADASIL. 
